A primigravid, obese female was referred to a high-risk obstetrical clinic at approximately 20 weeks' gestation for further evaluation of abnormal skeletal findings during a routine sonogram. Complicating this pregnancy during the first trimester was uncontrolled maternal insulin-dependent diabetes mellitus (IDDM). The pregnancy was unexpected, and prenatal care was not administered until 18 weeks' gestation.
Normal sonographic findings on successive examinations included the spine, amniotic fluid Femoral hypoplasia-unusual facies syndrome is an extremely rare form of skeletal malformations with both femoral and facial abnormalities. Insulin-dependent diabetes mellitus has been reported as the main contributing factor to its development. Common sonographic findings include bilateral femoral hypoplasia and facial dysmorphism. Aside from complications due to physical limitations, most patients are able to live relatively normal lives. Several differential diagnoses can be made from sonographic findings; therefore, complete and thorough examinations must be performed by the sonographer.
Key words: femoral facial syndrome, femoral agenesis, diabetes mellitus index, abdominal circumference, and head circumference. Abnormalities noted were bilateral femoral agenesis, right fibular hypoplasia, rotated right foot (Figs. 1, 2), and slight micrognathia ( Fig. 3) .
A male fetus was delivered at 31 weeks' gestation. Postnatal findings were bilateral femoral and knee joint agenesis and malrotation of the distal right lower extremity with fibular hypoplasia. The right foot was also abnormally rotated with polydactyly. Both distal lower extremities attached to the pelvis at the level of the sacrum. Abnormal facial findings included low-set ears and micrognathia. No further complications or anomalies were noted at this time.
Discussion
Femoral hypoplasia-unusual facies syndrome was first reported by Franz and O'Rahilly in 1961 and by Kucera et al. in 1965, but it was not recognized as a distinct disease until 1975, when it was reported by several other physicians. 1,2 While its etiology is yet to be discovered, and it has occurred sporadically in most cases, it is hypothesized that the development of FH-UHS is linked to insulin-dependent diabetes mellitus. An autosomal dominant inheritance has also been identified in some cases. 1 Due to the nature of its anomalies, one is lead to believe that the insult to the developing fetus occurs early in embryogenesis.
In a study reported by Leal et al., 3 21 of 55 reported cases of femoral hypoplasia-unusual facies syndrome were born to diabetic mothers. Statistically, 38.2% of all FH-UFS patients are born of hyperglycemic mothers. However, the probability of finding this syndrome in maternal diabetic offspring is slight. Out of 3743 infants born to women with gestational diabetes, only 108 presented with any major anomalies. Of that group, 1 infant was diagnosed with femoral hypoplasiaunusual facies syndrome. 3 
Associated Anomalies
The most common sonographic findings of femoral hypoplasia-unusual facies syndrome include bilateral femoral hypoplasia, facial dysmorphism with a cleft palate, micrognathia, a long philtrum, thin upper lip and a short broad-tipped nose, dysplasia of the hip(s), and hypoplasia of the fibula(s). 1 The list of all associated anomalies is rather extensive. Refer to Table 1 for a more complete list of additional findings. As with any disease or syndrome, 
Differential Diagnosis
Several different diagnoses could be made from the sonographic findings of femoral hypoplasiaunusual facies syndrome as it has many features similar to other congenital anomalies. Although each of the differentials should be considered when diagnosing this syndrome, they all have their own distinguishing characteristics.
Common differential diagnoses include proximal femoral deficiency syndrome, caudal regression syndrome, amniotic band syndrome, femur-fibulaulna syndrome, campomelic dysplasia, osteogenesis imperfecta, and splenogonadal fusion limb defect syndrome. A brief description of each is provided in Table 2 .
Prognosis and Management
Infants with femoral hypoplasia-unusual facies syndrome, barring any cranial or brain abnormalities, are said to have normal intelligence. The approach to treating these infants is directed at the orthopedic, facial, cardiac, and genitourinary malformations.
Management of any physical limitations is based on which deformities are present. Most complications are a result of a small stature and limited lower limb function. If any facial anomalies are involved, speech development and feeding problems may arise. Due to genitourinary malformations, recurrent urinary tract infections or incontinence have also been reported.
The risk of recurrence is unknown, as most reported cases have been sporadic. The option of terminating the pregnancy is also available to the parents if the fetus is not yet viable.
Conclusion
Femoral hypoplasia-unusual facies syndrome is a rare congenital defect characterized by the absence of both femurs and certain distinguishable facial characteristics. Diagnosing this syndrome in utero is of great significance, especially to the parents, when determining perinatal and postnatal care for the fetus. With the numerous differential diagnoses for femoral hypoplasiaunusual facies syndrome, the importance of obtaining accurate, complete, and descriptive images during an examination is highly critical for a correct diagnosis.
